SUMMARY Nine members of a family spanning three generations showed bilateral calcifications ofthe basal ganglia with autosomal dominant inheritance. Two members developed chorea, dementia, and a characteristic speech disturbance (palilalia) in the third or fourth decade. A third member possibly shows the initial stage of a similar syndrome. Six members with calcifications but without neurological signs are younger than 25 years. All nine patients had normal calcium and phosphorus, and no evidence of endocrinological or somatic abnormalities. This 'idiopathic' picture must be differentiated from hypoparathyroidism and pseudohypoparathyroidism.
Case 11-1 was in normal health until her mid 40s when she had a gradual onset of speech and movement disorders. When seen 10 years later at age 54 years, her general medical examination, height, body build, and appearance were normal. Neurological examination showed a fairly severe dementia. She was not aphasic, but her speech was characterised by compulsive repetition of phrases and words (palilalia) . She , has been examined and shows no neurological abnormality, but a skull radiograph has not been obtained.
Cases IV-1, 2, 3, 4, 5, and 6, the other six children, ranging in age from 12 to 23 years, all have bilateral calcifications of the basal ganglia as seen on the skull radiograph of case IV-4 (age 15 years) (Fig. 3) 
Discussion
Symmetrical calcification of the basal ganglia appears in many diseases, but in the present case the autosomal dominant heredity limits the differential diagnosis to a few entities. Tuberous sclerosis, autosomal dominant in some instances, is accompanied by intracranial calcification which appears like nodular lesions on the skull radiograph, usually in close relationship to the walls of the ventricle, sometimes present in the basal ganglia (Holt and Dickerson, 1952) . Patients with this disease, however, show characteristic skin lesions and often tumours in the kidney, heart, eyes, lungs, and spleen. The pneumoencephalogram is usually abnormal. The appearance of the calcification, and the absence of skin and other systemic lesions in our family practically rule out the diagnosis of tuberous sclerosis. Hallervorden-Spatz disease is sometimes associated with mineral deposits in the basal ganglia, but the heredity and clinical pictures are quite different from those encountered here (Wigboldus and Bruyn, 1968) .
Bilateral basal ganglia calcification is a prominent feature of so-called Fahr's disease (1930) . This is, however, a misnomer because Fahr's short report on the pathological findings was not the first to describe this entity which had been reported as far back as the mid-nineteenth century (Delacour, 1850) . Also, subsequent work has shown that this is not a disease but a group of entities which include hypoparathyroidism, (Lowenthal and Bruyn, 1968) . PHP and PPHP are familial but are characterised by distinct somatic features and, in the case of PHP, by abnormalities of serum calcium and phosphorus (Lowenthal and Bruyn. 1968) . A few families are comparable to ours-that is, they have calcification of the basal ganglia, normal blood calcium and phosphorus levels, and no evidence of endocrinological or somatic abnormalities. A total of only nine families (ours excluded), including 27 members, fits into this 'idiopathic' category (Fritzsche, 1935; Foley, 1951; Matthews, 1957; Schafroth, 1958; Palubinskas and Davies, 1959; Sala and Savoldi, 1959; Bruyn et al., 1964; Babbit et al., 1969; Moskowitz et al., 1971) . Some caution must be exercised concerning the cases of Fritzsche (1935) and Bruyn et al. (1964) in which the affected cases had abnormally short statures and may, therefore, have been formes frustes of PPHP. The Table summarises some ofthe clinical dataconcerning the patients inthenine families from the literature, and in the present family. As can be seen, 20 out of 27 patients with calcifications showed neurological signs. The patients without signs were, however, often younger than those affected, and might have developed neurological signs later in life. The pattern of inheritance is autosomal recessive in four cases, autosomal dominant in the other cases. In the present family it is clearly autosomal dominant. Of the neurological signs, impaired mental status (rarely mental retardation, more often dementia) is uniformly present. Impaired speech, usually consisting of dysarthria, is also uniformly present, except in the case of Babbit et al. (1969) where the mental status of the two young patients was so severely impaired that they apparently failed to develop language. Palilalia was not present in any of these families (nor in any other previously reported familial condition). Seizures are reported in four families. 'Pyramidal' signs consist ofunilateral or bilateral weakness with spasticity and increased reflexes. 'Extrapyramidal' signs usually consist of features of Parkinsonism-that is, tremor, rigidity, mask-like facies and so on. Schafroth (1958) (SmeyersVerbeke et al., 1975) , magnesium (Bruyn et al., 1964) , iron (Moskowitz et al., 1971) , and other materials. Treatment with a chelating agent has not been successfully used so far; determination of the chemical nature of the minerals seen on the radiograph is a prerequisite of any possible therapy. 
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